: Blood cholesterol 177 mg/100 ml, protein 6-8 g/100 ml. Lipoprotein: normal pattern. Urea 48, calcium 85, phosphorus 3 6 mg/100 ml. Alkaline phosphatase 17 K.-A. units. Amino acids in urine normal. Glucose tolerance curve: Fasting blood sugar 82 mg/100 ml. At i, 1, 1i, 24 and 2 hours after glucose, the blood sugar level was 156, 124, 82, 63 and 58 mg/l00 ml. Fat balance: Output 12-8, intake 201 g; excretion 6 4 %, absorption 93 6%. Buccal smears: The nuclear sex pattern is chromatin negative (male').
X-ray of skull: Lower jaw remains extremely deformed; both rami are short, lower borders of horizontal rami are concave; maxilla and zygomata do not appear obviously abnormal; skull is thin.
Comment: This boy does not fall into any recognized type of dwarfism. The cutaneous lesions (livedo reticularis and telangiectasia) distinguish him from any of the forms described. His progeroid appearance differs from that described by Hastings Gilford (Moynahan 1962) in several respects. His alopecia is marginal. His scalp veins are not prominent. He lacks the beak-like nose, and his stance is very different from that seen in the typical progeria. Unlike the latter, who are usually quite normal at birth and do not develop kyphoscoliosis, he falls into the group of lowbirth-weight dwarfs. Spontaneous fractures of the femora would seem also to be a unique feature of this most unusual syndrome. The prognosis would seem to be poor, as the chest deformity has reduced his respiratory reserve greatly. There are no biochemical abnormalities and endocrine function appears to be normal.
REFERENCE Moynahan E J (1962) Proc. R. Soc. Med. 55, 233, 240 Dr G A Gresham: Was there normal subcutaneous fat at birth ? Dr E J Moynahan: No, not really, but he has progressively lost fat since then although the loss is not as extensive as in progeria. His birth weight was 4 lb 3 oz. Since we have put him on a suitable diet he has gained 1 lb, and is a little fatter than he was. When we first had him, although he was relatively better covered than he is now, he was lacking in subcutaneous fat.
Dr Gresham: I was interested in the suggestion that this was primarily a disorder of mesoderm. He had several fractures at birth and this, like fragilitas ossium, could be due to some disorder of osteoblasts. However, since osteoblasts are probably derived from the same cell as the fibroblast we would expect collagenous defects as well. I wonder, in fact, if the boy is making proper collagen?
Dr Moynahan: The defect arises fairly early in embryonic life.
His chromosomes have been investigated and found to be normal, including the X and Y chromosomes.
With regard to the fat distribution, he resembles the Hastings Gilford type in that the pubic pad of fat is preserved.
His blood amino acid is normal; the urinary amino acids are also normal with perhaps a slightly raised excretion of glycine and ornithine, but there is no disturbance of hydroxyproline metabolism which would point to a disorder of collagen production.
Coiloid Infiltation of the Skin M M Walshe iiucp (for R P Warin FRCP) E G L, male, aged 36. Builder History: Thirteen months thickening of the skin starting on left upper forehead and gradually spreading over forehead reaching right side of face seven months later. Slight itching. The condition has been less marked in the last four months. His work is often out of doors where he is exposed to the sun. Shortly before the onset of this condition he had been trying out different hair creams and was in the habit of washing the hair twice weekly with a shampoo containing tar. He used various soaps, including one known to have once contained tetrachlorsalicylanilide.
General health good. Past and family history not relevant.
Section of Dermatology 879
Clinical features: The area affected includes the forehead and right side of the face as far as the pre-auricular region. The skin has a yellowish papular appearance and is infiltrated. There are at times a few small pompholyx vesicles on the hands.
Investigationts: Serum cholesterol 220 mg/100 ml.
Plasma protein: Total 7 0, albumin 3-45, globulin 3 55 g/100 ml. Electrophoretic pattern normal. Patch tests to tetrachlorsalicylanilide: 1 % negative at twenty-four and seventy-two hours and after exposure to light. Skin biopsy shows the typical appearance of colloid infiltration (Dr H Haber & Dr K V Sanderson).
Histology (Dr K V Sanderson): Microscopically the epidermis and appendages are normal. There is a narrow band of unaffected connective tissue immediately beneath the epidermis. The collagen in the upper half of the pars reticularis is almost completely replaced by blocks of amorphous eosinophilic material. The small vessels are all dilated and cuffed by a band of similar material which stains strongly with the periodic acid (Schiff) method, but does not give the staining reactions of amyloid. Elastic fibres are absent from the affected areas. The small amount of collagen in the upper part of the derrmis shows a moderate degree of elastotic degeneration. Staining by the Hale method shows a narrow, intensely stained layer immediately beneath the endothelium of the affected small vessels. The eosinophilic material has the staining reactions of colloid and its situation in the mid-dermis is in keeping with colloid infiltration of the skin rather than colloid milium which affects the dermal papillx.
Comment: Two main types of colloid infiltration are recognized: (1) The juvenile form, which is very rare, has a familial incidence and occurs before puberty.
(2) The adult form occurs in early adult life and is not familial. In addition colloid change is seen in some cases of senile elastosis and in certain other dermatoses.
There is a close relationship to exposure to sunlight; the condition is more prevalent in Australia and tropical America. It occurs on exposed sites and in a juvenile case there was no infiltration apparent beneath the large freckles which were present (Warin 1961) .
The present patient, whose work involves considerable exposure to sunlight, had been frequently using a shampoo containing 3 3 % liq. pic. carb. The possibility that the tar had sensitized him to light was considered, especially as the area affected is that part of the face likely to be in greater contact with the shampoo, and the rest of the face and the hands are not affected. Dr R J Cairns: There is no doubt that the skin shows colloid change in the areas exposed to light. However, there are several features here that suggest porphyria cutanea tarda which, of course, may produce a variety of cutaneous changes including patchy coiloid degeneration. He does, in fact, develop blisters on the fingers from minor trauma and both the stools and urine should be examined for porphyrins.
The President: That has not been done? Dr M M Walshe: No. The blisters on his hands are pompholyx vesicles and they do not leave any scarring. Dr R P Warin: I saw him in September and he had then quite a number of pompholyx vesicles. I think Dr Caims' suggestion is a good one because the various forms of colloid infiltration are closely related to exposure to sunlight. It will be worth while checking the urine for porphyrins.
Dr K V Sanderson: The sections suggest that the process is one of infiltration rather than degeneration of the collagen. The small vessels are extensively involved and the colloid material has previously been suggested to be derived from altered plasma proteins. Kennedy (1962, J. Path. Bact. 83, 165) has described in detail the rather similar changes that are found in experimentally induced amyloidosis in hamsters. (1955, Brit. J. Derm. 67, 212) were the first to submit the material of colloid milium to paper chromatography and found that the amino-acid content was closely allied to plasma protein. Paper chromatography showed the same results in a patient seen by myself, and in material obtained from two other patients also suffering from coioid milium (Becker & Wilson, 1956, Brit. J. Derm. 68, 345) . I cannot remember the exact chemical structure but sulphur which is contained in keratin was not found in the colloid material. My patient lived most of her life in East Africa where she was constantly exposed to the sun and she told me that several other members of the family had the same condition and attributed it to exposure to sunlight. Dr R P Warin: The condition was very much more prominent when I saw him in September and it has gradually become less, but I assume that as soon as the weather becomes more sunny the condition will become more noticeable. I would very much like to know what the prognosis is and would welcome advice on this. I do not think anybody is likely to suggest any treatment.
Dr H T H Wilson: Zoon, Jansen & Hovenkamp
Dr K V Sanderson: There is no doubt that this is much more prevalent in Australia than it is here. In four years there I saw four patients, one of whom was an Irishman who migrated about five years before to Australia with a clear skin. He sunburned easily and 18 in a short time he developed the most severe colloid degeneration that I have ever seen. I also saw it in a Greek fisherman who had a swarthy complexion, the kind of skin on which one does not usually expect to see keratoses and elastic degeneration. Postscript (7.9.62): Subsequent examination of the urine and faces showed no excess of porphyrins. The condition has gradually faded and, contrary to expectation, did not become worse in the summer months, He has, however, been using a protective cream regularly. Comment: Apart from the history of general itching in the evenings during the past few years and the presence of dermographism there was no associated or antecedent eruption as occurred in 3 out of 6 cases described by Haber (1961) . The gradual extension of the edge of the lesions is interesting.
The presence of typical knuckle pads is probably unrelated. Dr I S Hodgson-Jones: Are the lesions on the backs of the hands considered to be part of the syndrome or are they just knuckle pads? Did the condition occur in the mother? Dr R P Warin: We thought they were just knuckle pads. She had had them for twenty years.
Dr E J Moynahan: This condition is ripe for investigation by the technique described by Drs Dixon, Gresham and Whittle (1962, Brit. J. Derm. 74, 283) . I think a fundamental change is occurring in the follicle by which mucin is produced instead of keratin.
Dr G C Wells: It is not the keratin-forming cells of the hair matrix which become mucinous in this condition. The mucin is formed in the root sheath of the hair follicle amongst cells which are normally rich in glycogen.
The following cases were also shown:
Persistent Scabetic Nodules Dr P D Samman
Lipoid Proteinosis Professor C D Calnan and Dr S Shuster (to be reported in a later issue of the Proceedings) A paper entitled Psoriasis: A Disorder of Necrosis was read by Dr Kendal C Dixon, Dr G Austin Gresham and Dr C H Whittle. (Published in Brit. J. Derm. 1962, 74, 283.) [Meeting to be continued]
